A patient with the limited form ofWegener's granulomatosis is reported. The case is unusual because of hilar and mediastinal lymphadenopathy, severe ulceration of the respiratory and digestive tracts, and the rapidly fatal outcome.
Lung function studies showed a restrictive pattern; arterial blood gas analysis when the patient was breathing room air showed an oxygen tension of 10 0 kPa, a carbon dioxide tension of 4-9 kPa, and a pH of 7A48.
Erythromycin was prescribed, with no improvement. Two weeks later multiple large, deep, destructive punched out ulcers developed on the lips, tongue, oral cavity, and nasal septum. Biopsy of the borders of the ulcers of the nasal septum and the tongue showed chronic inflammation only. Fibreoptic bronchoscopy was not tolerated by the patient. Ten days later papular, pustular, and ulcerated lesions developed on the trunk and limbs. Biopsy of the skin lesions showed perivascular multinucleated giant cells. Intravenous methylprednisolone 2 mg/kg a day and cyclophosphamide 2 mg/kg a day were given, but the patient died two days later.
Necropsy showed hilar, mediastinal, diaphragmatic and peripancreatic lymphadenopathy, with glands ranging up to 4 5 cm in diameter. There were no large nodular or cavitating lesions in the lungs. Multiple ulcers in the trachea (5 cm major axis) and main bronchi were seen. There were numerous ulcers of 2 cm diameter in the oesophagus and small and large intestines. Microscopic examination of the lungs and lymph nodes showed nodular cicatricial areas and granulomatous lesions with a necrotic centre surrounded by lymphocytes and epithelioid and multinucleated giant cells (fig 1) . Similar lesions were found in the liver, spleen, and gall bladder. Necrotising vasculitis was present in the lungs, lymph nodes (fig 2) , larynx, trachea, and intestine. The kidneys appeared normal by both light and electron microscopy. Histochemical staining for detecting fungi, mycobacteria, and other organisms was negative.
Discussion
Wegener's granulomatosis is characterised by the triad of sinusitis, pulmonary infiltrates, and glomerulonephritis, with less frequent lesions of joints, skin, eyes, ears, nervous system, heart, oral cavity, and testes. '-2 Hilar and mediastinal adenopathy has been thought not to be part of the clinical picture. Thoracic lymph node enlargement in a patient with pulmonary infiltrates has usually been held to exclude the diagnosis of Wegener's granulomatosis in favour ofother conditions. Fauci et al,2 in their series of 85 patients with 21 years' follow up, did not see hilar lymphadenopathy. We emphasise the hilar, mediastinal, diaphragmatic, and peripancreatic adenopathy found in our patient. Histologically, the lymph nodes showed both granulomas and necrotising vasculitis, indicating that the lymph node changes were due to Wegener's granulomatosis.
Single or multiple nodular masses, with or without cavitation, are the most common pulmonary manifestations in Wegener's granulomatosis. An atypical diffuse reticulonodular pattern was found in our patient. The endobronchial lesions in Wegener's granulomatosis are usually granulomas and secondary to pulmonary lesions. They occasionally obstruct the airway, and endoscopic removal is then necessary.' Our patient had punched out ulcers in the larynx, trachea, and bronchi.
Gastrointestinal ulcers have been described rarely in Wegener's granulomatosis. None of the published reports"' describes ulcers throughout most of the digestive tract from lips to colon, as in our case.
Renal lesions are present in 83% of patients with Wegener's granulomatosis,6 focal and segmental glomerulonephritis being usual. The absence of glomerular lesions is characteristic of the limited form of the disease. In our case there were no renal lesions, although this limited form of Wegener's granulomatosis was nevertheless associated with severe multisystem disease leading to the patient's death.
We conclude that Wegener's granulomatosis should still be considered in the differential diagnosis when the chest radiograph is atypical, despite enlargement of hilar or mediastinal lymph nodes. 
